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pripad C.1
Klinické udaje a makropopis

* muz, 47 let
e tumor prave ledviny velikosti 40 x 35 x 35 mm

* na rezu bézove barvy s prokrvacenymi okrsky, ohraniceny, bez Sireni
do tuku Ci cév
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negativni: CK20, 25C, ALK, HMB45, melan A, TFE3
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pripad C.1
Diagndza

Renalni karcinom s deficienci
sukcinat dehydrogenazy
(SDH deficientni RCC)




pripad C.1
Diskuze

0.05-0.2% renalnich karcinomu

* mladsi pacienti (median 35 let, rozpéeti 14 — 76 let)

e Casteji muzi (1,8 :1)

* nespecifické priznaky, velmi casto incidentalom




pripad C.1
Diskuze

* dysfunkce SDH komplexu (resp. enzym vnitfni mitoch. membrany) -
hromadéni onkometabolitl - tumorigeneze (pseudohypoxicka cesta)

* multifokalni/bilateralni ve 30 %

e prognoza dobra (vétsSina je LG s 11 % pravdépodobnosti meta, ale u HG je
meta v 70 %)



pripad C.1
Diskuze

* morfologie:
 eosinofilni (negranularni/neonkocytarni)
* bez napadnych mezibb. hranic
* typicky alespon fokalné svétlé cytoplazmat inkluze
* mozna HG transformace (nekrodzy, sarkomatoidni t.)

e |[HC: SDHB —/oslabend, FH+, CK7 -, c-kit -, vim -, CAIX -

* CAVE !: SDH deficientni dalsi tumory: feochromocytom/paragangliomy,
SDHd GIST, PitNETy - genetické vysetreni
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pripad C.1

Dif Dg

Hale KIT CK7 S100A1 | VIM CAIX AMACR | SDH TFE3
Chromophobe RCC +++ -t +++ - - - - +++ -
Clear cell RCC - - - - +++ +++ - +4+ -
Oncocytoma - +++ rare +++ - - i} — -
Papillary RCC - - +++ - +++ - +++ +++ -
Translocation RCC - - - - - - ++ 4+ i+

SDH deficient RCC




pripad C.1

Dif Dg

* Molekularné definované karcinomy:

 TFE3-rearranged renal cell carcinomas

TFEB-altered renal cell carcinomas

 ELOC (formerly TCEB1)-mutated renal cell carcinoma
 Fumarate hydratase-deficient renal cell carcinoma

e Succinate dehydrogenase-deficient renal cell carcinoma
* ALK-rearranged renal cell carcinomas

SMARCB1-deficient renal medullary carcinoma




